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A young man with intimomedial mucoid
degeneration of the brachial artery
Menno H. Raber, MD, Robbert Meerwaldt, MD, PhD, and Rob J. van Det, MD, Enschede, The Netherlands
Intimomedial mucoid degeneration is a rare disorder and has been described as a distinctly different entity from
Erdheim’s cystic medial necrosis. Most studies show a strong predominance in African American females with hyperten-
sion. In our case report, we describe the presence of a large brachial aneurysm in a young white male with intimomedial
mucoid degeneration. (J Vasc Surg 2011;53:822-4.)
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VIntimomedial mucoid degeneration is a rare disorder
and has been described as a distinctly different entity from
Erdheim’s cystic medial necrosis. It is characterized by
aneurysm formation secondary to elastic tissue degenera-
tion of the arterial wall and mucinous depositions in the
intima and media.1 The etiology of this disorder is yet
unknown. Previous reports describe this disease almost
exclusively in patients from the Black African population of
South Africa.2-4 However, as our case report shows, it is not
limited to this population per se.
CASE REPORT
A 29-year-old white male was referred to our hospital with a
pulsating mass in his right elbow. He noticed this mass 6 months
ago and recently it became slightly painful. There was no history of
trauma to the arm, multiple venipunctures, arteriography, intrave-
nous drug abuse, or infections of that arm. He was fit with no
cardiovascular risk factors and he did not have relatives with
aneurysmal diseases. There was no family history of connective
tissue diseases like Marfan or Ehler Danlos syndrome.
Physical examination showed a 6 cm  4 cm pulsatile, expan-
sile, non-fluctuant mass in his right elbow (Fig 1). A bruit over the
veins of his right arm due to arteriovenous shunting was audible.
This mass was not painful on examination and there was an intact
distal neurovascular status. His blood pressure was 110/60 mm
Hg. Further examination revealed no added heart sounds or mur-
murs suggestive of valvular heart disease. Duplex ultrasound scan
and angiography showed multiple, large aneurysms of his brachial
artery and arteriovenous shunting. All laboratory parameters were
within normal limits.
The brachial artery aneurysm was excised and an interposition
venous graft was sutured at either end, using the cephalic vein (Fig
2). The median nerve was identified and spared. There was no
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822nvasion of the surrounding muscles or nerves, but there were
everal arteriovenous fistulas that were ligated during surgery. He
ecovered well postoperatively and there was no neurological def-
cit. Follow-up after 6 months showed no symptoms or signs of
ecurrence of swelling.
Histopathology from the brachial artery showed intimomedial
ucoid degeneration (Fig 3). A total body magnetic resonance
maging did not show any other aneurysms in this patient.
ISCUSSION
Intimomedial mucoid degeneration has most commonly
een described in the aorta and its major branches.1-4 More
ecent reports have shown intimomedial mucoid degener-
tion in smaller vessels including coronary and gluteal
rteries.1-3,5-7 Intimomedial mucoid degeneration of the
rachial artery has previously been observed.7 Most studies
how a strong predominance in African American females
nd the largest study to date originates from South Africa.
atients with intimomedial mucoid degeneration develop
neurysms at a younger age compared to those with ath-
rosclerotic aneurysms.
The mucoid deposition in the intima and media accom-
anied by destruction of elastic fibers characterizes intimome-
ial mucoid degeneration. The etiology is unknown, but it
eems that the disease precedes aneurysm formation and is the
nd result of elastic tissue degeneration. It is histologically
imilar to other abnormalities with mucoid deposition within
he vessel wall like cystic medial necrosis. The distinct differ-
nce between Erdheim’s cystic medial necrosis and intimome-
ial mucoid degeneration is that in the latter both the media
nd intima are involved. In cystic adventitial disease, only the
dventitia is involved. As distinct from atherosclerotic aneu-
ysms, intimomedial mucoid degeneration aneurysms occur
n a much younger group and intraluminal thrombus is ab-
ent.
Previous studies have shown that aneurysms related to
ntimomedial mucoid degeneration can reach large sizes be-
ore rupturing and normally have little to no thrombus, pos-
ibly due to primary fibrinolytic processes of yet unknown
tiology.1,2 Abdool-Carrim et al2 reported a greater predispo-
ition to bleeding diathesis in their patients. A bleeding dia-
hesis distinct from disseminated intravascular coagulation,
ncluding decreased platelets, fibrinogen, and factors V and
III, developed in all patients with abdominal aortic replace-
ent in their study. The mechanisms for this phenomenon are
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inside the aneurysm.
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re released by the aneurysmal wall. The absence of intralumi-
al thrombus further suggests thrombolytic activity in the
ig 3. Microscopic specimen of the brachial aneurysm wall. A, Using
ematoxylin and eosin stain, showing intimal and medial thickening. B,
sing hematoxylin and eosin stain, showing mucin pools in both intima
large arrow) and media (small arrow).C,Using elastic von Gieson stain,
emonstrating fragmentation and aggregation of elastic fibers (arrow)
ith intervening pools of mucin.Fig 1. A young white male with a large pulsating mass at his right
arm. There are no scars or other signs of trauma, punctures, orFig 2. A, The brachial aneurysms as observed during surgery.
There is a vessel loop around the median nerve. B, The brachial
artery aneurysm was excised and opened. There was no thrombusneurysmal wall.
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down in mucoid degeneration. Approximately 60% of the
patients in the study from Abdool-Carrim et al2 with aortic
mucoid degeneration had hypertension. Our patient did not
have hypertension, but he was found to have several arterio-
venous fistulas arising from subcutaneous branches. We think
that these fistulas are congenital in origin, as he never experi-
enced an injury or infections to that part of his arm. There
were no signs of intravenous trauma, for example, from drug
abuse, which could also explain the presence of arteriovenous
fistulas and aneurysms. We hypothesize that the increased
blood flow related to the fistulas and the presence of intimo-
medial mucoid degeneration resulted in the large brachial
aneurysm observed in our patient.
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